Steatocystoma simplex is a rare entity characterized by the presence of a solitary cutaneous cyst derived from a sebaceous duct or gland. Multiple locations of this lesion have been reported previously. The purpose of this article is to report the unusual presentation of steatocystoma simplex as an infratemporal fossa mass. To the best of our knowledge, no case of steatocystoma simplex at this site has been previously reported. We also describe the radiologic and pathologic features of this entity, which might aid in diagnosis and management, and we discuss its etiology and treatment options.
Introduction
A steatocystoma is a rare nevoid tumor of the sebaceous duct or gland. It usually occurs as a part of steatocystoma multiplex, an autosomal-dominant condition fi rst described by Jamieson in 1873. 1 Steatocystoma multiplex generally presents as multiple fi rm, yellow cysts on the axillae, trunk, and upper extremities; less often, it is found in the head and neck and the inguinal areas. Males and females are almost equally affected. 2 The onset of the disease tends to occur in adolescence and early adulthood, when sebaceous glands are under increased androgenic stimulation. 3 A nonhereditary counterpart to steatocystoma multiplex is known as steatocystoma simplex. It is characterized by the presence of a solitary lesion, a lack of a family history, and an onset during adulthood. Steatocystoma simplex was fi rst reported in 1982 by Brownstein, who described 30 cases. 4 In order of decreasing frequency, these lesions were located on the face, scalp, neck, axillae, chest, upper limbs, back, and lower limbs.
In this article, we describe a case of steatocystoma simplex in an unusual location: the infratemporal fossa. To the best of our knowledge, this case represents the fi rst reported case of steatocystoma simplex at this site.
Case report
An otherwise healthy 46-year-old white man presented with a several-month history of poorly localized headaches. The headaches were new in onset, frequent in nature, and moderate in severity. The pain was poorly controlled with popular over-the-counter analgesics (ibuprofen, acetaminophen). The patient had no history of head trauma, and he denied constitutional symptoms or a change in vision or appetite. He was a nonsmoker. He appeared to be well nourished, and his vital signs were stable.
On physical examination, fullness to the left infratemporal fossa was noted. There was no facial asymmetry. The pupils were equal, round, and reactive. Cranial nerves II through XII were grossly intact. No lymphadenopathy was noted.
Computed tomography (CT) of the head demonstrated a low-density fatty lesion measuring 1.8 × 2.2 × 2.4 cm in the left infratemporal fossa; a focus of calcifi cation was present along the inferior margin of the fossa (fi gure 1). The lesion was embedded within the temporalis muscle, and it abutted the lateral wall of the left orbit, which resulted in bony scalloping.
Given the symptomatology and the uncertainty of the diagnosis, the lesion was excised. The infratemporal fossa was entered via a lateral periorbital incision that originated behind the eyebrow and extended into the temporalis fascia. Intraoperatively, the tumor appeared as a yellow-tan, smooth, and well-circumscribed lesion. It had not invaded the surrounding muscle. Frozen-section analysis revealed it to be a benign lesion. Permanent-section examination identifi ed a ruptured steatocystoma with chronic infl ammation and a giant cell reaction (fi gure 2).
Discussion
The pathologic and microscopic features of individual steatocystoma multiplex lesions are identical to those of solitary steatocystomas. On gross examination, they appear as yellow, thin-walled cysts between 3 and 30 mm in diameter, and they contain yellow gelatinous and oily material with intact overlying epidermis. 5 Histologically, the cyst walls are made up of three to eight layers of stratifi ed squamous epithelium; they lack stratum granulosum and sebaceous gland acini. 3, 6 They also feature an acellular hyalinized pink cuticle that lines the inner epithelium. Both the sebaceous elements and the hyaline lining are independent diagnostic criteria for steatocystoma. The contents are usually devoid of cellular elements; a few vellus hairs are occasionally seen. 4 On imaging, steatocystoma lesions have been described by Sonnenblick et al as fat-containing dermal masses. 7 The fi ndings in our case conform to this description, as our patient had a fatty lesion. The imaging differential diagnosis of fatty lesions includes dermoid cysts, which might be diffi cult to differentiate from steatocystomas on imaging alone.
Plewig et al proposed a mechanism of steatocystoma formation that involves trapping of the vellus hairs produced by a pilar unit in a cystic cavity. 3 The cavity is connected to the epidermis by a duct that is a remnant of a follicular infundibulum. However, only segments of the duct have a lumen, and when a lumen is present, it is fi lled with cellular debris. It is not clear what triggers the formation of these cysts. One of the proposed factors implicated in their formation is keratin 17, a protein that is normally expressed in nail beds, hair follicles, and sebaceous glands. Covello et al investigated cases of both familial and sporadic steatocystoma. 8 In the familial cases, they found missense mutations in keratin 17 helix boundary motifs. However, their analysis of the sporadic cases failed to demonstrate any similar mutations, a fi nding that suggests that other factors are involved.
The course of steatocystoma is typically benign, and most lesions are asymptomatic. Occasionally the cysts become infl amed, rupture, and drain. The treatment of choice for noninfl amed cysts is incision and drainage. 9 Suppurative lesions have been successfully treated with oral isotretinoin. 3 As mentioned, Brownstein reported that the most typical locations of steatocystoma simplex are the face, scalp, neck, axillae, chest, upper limbs, back, and lower limbs. 4 A few case reports have described steatocystoma simplex in the oral cavity, 6 caruncle, 10 and perineum. 11 As far as we know, an infratemporal location for this lesion has not been previously reported. Two possible mechanisms might explain the origin of steatocystoma simplex in this location: developmental and traumatic. Since our patient denied any recent or remote history of facial or head injury, we hypothesize that his lesion was likely developmental in origin, even though he had remained asymptomatic until well into adulthood.
The differential diagnosis of a benign-appearing lesion in the infratemporal fossa encompasses a wide range of possibilities, including adenoma, paraganglioma, neurofi broma, and meningioma. A variety of mesenchymal neoplasms can also be found in this area, such as chondroma, hemangioma, lipoma, myxoma, giant cell granuloma, and teratoma. 12 
